. Schematic of reporter mini-genes. The SMN-luciferase reporters are each driven by their respective promoters (dark blue), contain the cDNA for exons 1-5 (light blue), and the genomic splicing cassette for exons 6-8 (purple) (Cherry et al, 2012) . A frameshift mutation was engineered into the stop codon in exon 7. This results in a change in the coding sequence that allows for the expression of luciferase (green) only when exon 7 is included. Transcripts that undergo alternative splicing and exclude exon 7 will not express luciferase. The nucleotide variation at position 6 in exon 7 (C or T) is noted for each construct. The predominant splicing pattern for each construct is also displayed. For SMN 1 > 85% of the transcripts contain exon 7, while only 10-15% of SMN2 transcripts contain exon 7. These reporters are able to detect changes in SMN transcription, SMN protein or mRNA stability, and inclusion of SMN exon 7. The SV40min-luciferase reporter was used as a specificity control. This construct contains the luciferase cDNA under the control of the SV40 minimal promoter (yellow). It measures non-specific changes in transcription, luciferase stability, and luciferase enzymatic activity. Figure S2 . Weights of treated and control animals. Weights of all animals were recorded each day. The average peak weight and time to reach peak weight were determined for each animal. Increase in weight from birth to peak was also determined for each animal and the average fold increase (FI) and percent increase (% Incr.) in weight for each group was calculated for Fig. 6B . The weights for all surviving animals on each day were used to determine the average weight of the surviving population on that particular day. These data were used to generate Fig. 6C . The table summarizes the results for each group of animals.
